In 1927 Fanconi described under the title 'familial pericious-like anaemia in children' three brothers with fatal refractory anaemia associated with pigmentation of the skin, testicular atrophy, microcephaly, underdevelopment, squint, and increased tendon jerks. In the same paper he reported a case with muscular dystrophy, pigmentation, testicular hypoplasia, microcephaly, and anaemia of a similar type which remitted spontaneously while the patient was in hospital. The parents of this child were said to be brother and sister. Sporadic and familial cases presenting the triad of severe refractory anaemia, pigmentation, and congenital anomalies have been noted by Uehlinger (1929) , tmile-Weil (1938) , Hjorth (1940) , van Leeuwen (1933) , Dacie and Gilpin (1944) , Estren, Suess, and Daneshek (1947) , and Diamond (1950) (Benda, 1930) showed the usual immediate incrase in circulating leucocytes due to contraction of the spleen after the administration of 13 minims adrenaline subcutaneously. There was no secondary rise of myeloid cells attributable to bonemarrow stimulation.
A ' hyalase ' subcutaneous pyelogram showed a normal kidney and ureter on the right but no dye was excreted on the left. A retrograde pyelogram on the left side outlined an apparently normal but presumably unfunctioning kidney lying in the pelvis. Radiographs of all bones showed no abnormality apart from the dislocated hips and some coarse trabeculation of the bones of the feet. A chest radiograph was normal.
Disaussion
That this condition is inherited is suggested by its occurrence in siblings (Fanconi, 1927; mnile-Weil, 1938; Hjorth, 1940) , in an incestuous brother and sister mating (Fanconi) , and in cousin marriages (Dacie and Gilpin, 1944; and this case) . In Hjorth's cases the brother had a clubfoot and the sister dislocation of the hip. One maternal cousin had a congenital dislocation of the hip and another had a clubfoot, absent calaneus, and a dislocated patella. A paternal cousin had absent thumbs and was mentally defective. Estren and Daneshek (1947) consider that the cases of familial hypoplastic anaemia described by them may belong to the same group. There is support for this view in the cases described by Dacie and Gilpin: one brother had anaemia, pigmentation and congenital defects, whereas the other had anaemia only. These authors also mention that a sib of the mother and a sib of the father had married one another and produced a child who died of aplastic anaemia.
Anomalies of thumbs, kidneys, and testes have been frequently reported in these cases. In the four cases previously descrbed in which the blood group has been mentioned it was group A as in this case.
Haemosiderosis of the interal organs is a usual finding at necropsy, but the skin pigment appears to be melanin (Fanconi, 1927; Uehlinger, 1929) . Melanosis of the intestine was noted by Hjorth (1940) .
This condition must be distinguisbed from Fanconi's syndrome of rickets, aminoaciduria, and glycosuria (Fanconi, 1936) which is quite a different disease.
The prognosis is bad: all patients previously described showing the full syndrome have died except the case of Estren et al. which was slightly improved duing a follow-up period of several months after splenectomy, and Fanconi's case mentioned above where the anaemia appeared to be transient. Splenectomy had no effect in van Leeuwen's case apart from a temporary rise in platelets. The spleen was removed in Dacie and Gilpin's case showing anaemia only and the patient ultimately recovered (Dacie, 1950) . Splenectomy was followed by some improvement in one case of familial hypoplastic anaemia described by Estren and Dameshek. In the case described here splectomy might be considered since the bonemarrow picture and the result of the adrenalin response test are consistent with a splenic haematopenia. Repeated blood trnsfusion to keep the patient alive in the hope of a remission is the only other treatment which offers any prospect of success.
A case of Fanconi anaemia is described showing pigmentation of the skin, congenital dislocation of the hips, an abnormality of the left kidney, convergent strabismus, a sacrococcygeal sinus, underdevelopment, mental backwardness, and anaemia with granulopenia and thrombopenia. The parents were first cousins. The aetiology, prognosis, and treatment are briefly discussed.
